Three cases of Wilms' tumour and sporadic aniridia were followed up for periods ranging from 32 months to seven years. All had a deletion of the short arm of the eleventh chromosome lipl3, including one case with mosaicism, a cytogenetic feature that has not been previously described in the Wilms' tumour and sporadic aniridia association. Unusual non-ocular features found in all patients included tracheomalacia and delayed closure of the anterior fontanelle. In two cases tracheomalacia was responsible for respiratory distress after general anaesthesia. Wilms' tumour developed bilaterally in one patient and on the isthmus of a horseshoe kidney in another patient. In addition to the more commonly observed ocular features the presence of a corneal pannus was noted before 38 months of age in all patients and as early as 17 months in one case. An iridocorneal adherence with an overlying corneal opacity (presumably related to abnormal developmental cleavage of the anterior segment) was noted in one eye only of the mosaicism case.
Congenital aniridia can be sporadic or inherited as an autosomal dominant,'2 rarely as an autosomal recessive disease. 3 The majority of cases of aniridia with deletion I lpl3 are sporadic. Approximately 68% of patients who have deletion of chromosome 11 and aniridia will develop Wilm's tumour before age 3 years. 4 There are now over 65 reported cases of the 1lpl3 depletion, Wilms' tumour, aniridia association. [4] [5] [6] [7] [8] [9] In addition affected children often have genitourinary malformations, craniofacial dysmorphism, and developmental delay. 6 In this paper we summarise the genetic, non-ocular, and ocular manifestations and discuss the more unusual features found in three patients with 1lpl3 deletion, Wilms' tumour, aniridia association.
Features of the cases The genetic, non-ocular, and ocular features of three cases of lipl3 deletion, Wilms' tumour, and aniridia are summarised in Tables 1, 2 , and 3. Two girls and one boy, with normal family and pregnancy histories, were referred during their first months of life for diagnosis and follow-up aniridia. The visual function of these children, assessed by electrophysiological testing, has previously been described.'0 Cases 1 and 2 were followed up for seven years and their latest corrected visual acuities are 6/30 and 6/60 respectively.
GENETIC FEATURES ( Shannon and colleagues'2 reported a mean maternal age of 30-5 years (range 25-41 years) in the cases they reviewed and proposed that advanced maternal age might predispose to sporadic aniridia. In our case the mothers were not so old.
Our three cases support the fact that an 11p13 deletion associated with aniridia indicates a very high risk of development ofWilms' tumour. The genetic counselling to be offered to parents having a child with deletion mosaicism should probably be similar to that of other cases of 1lpl3 deletions.
In a review of aniridia up to 36% of patients with Wilms' tumour and aniridia had bilateral tumours.'3 Case 3 was found to have bilateral Wilms' tumours at the time of diagnosis. The smaller of the two tumours was not found on routine ultrasound but was detected only by contrast enhanced computed tomography. This stresses the importance of adding computed tomography to ultrasound for early detection of Wilms' tumour in these patients. Case 2 had a tumour on the isthmus of a horseshoe kidney. A case of a Wilms' tumour on a horseshoe kidney has also been described by Shannon et al. 12 Tracheomalacia and delayed closure of the' anterior fontanelle were found in all our cases. 
